The association of Sjogren's syndrome, sclerosing cholangitis and chronic pancreatitis has been reported only once before. This patient has these conditions in addition to long-standing ulcerative colitis.
Case report
A 42-year-old male presented in April 1987 with obstructive jaundice of 10 days duration. This had been preceded by three weeks of diarrhoea with loose pale stools that floated in the pan, and dark urine. He consumed a bottle of wine each week. Examination showed a thin man, with enlarged liver and spleen.
Ultrasound scan demonstrated an enlarged gall bladder containing sludge, a dilated common bile duct but normal intrahepatic ducts. The pancreatic duct was dilated, and there was a mass in the head of the pancreas. Endoscopic retrograde cholangiopancreatographic examination confirmed these findings.
At the age of24, ulcerative colitis had been diagnosed. He was treated symptomatically for some years. In 1981 when his colitis was quiescent, he developed Sjogren's syndrome. The next year he contracted infectious mononucleosis, followed by interstitial pulmonary fibrosis, finally diagnosed as sarcoidosis. In 1985 this required treatment with systemic steroids. At the time of presentation his only medication was a steroid inhaler.
His jaundice was thought to be secondary to a carcinoma of the head of the pancreas and he underwent laparotomy. At operation the liver was infiltrated with patchy white nodules -a biopsy was taken. The pancreas was diffusely enlarged, especially in the head. A cholecyst-enterostomy was performed.
Liver biopsy showed features of sclerosing cholangitis. The macroscopic appearances of the pancreas were more suggestive of chronic pancreatitis than of carcinoma.
His jaundice and diarrhoea resolved after the operation; he has gained weight and remains well, but now requires pancreatic enzyme supplements to control a recurrence of the diarrhoea. Postoperative investigations documented the gradual resolution of the pancreatic mass.
Discussion
This case is unusual, in that several interrelationships exist between his various medical conditions. Long-standing ulcerative colitis may be complicated by various extra-intestinal manifestations, but neither Sjogren's syndrome nor sarcoidosis features amongst these conditions. Sjogren's syndrome may complicate sarcoidosis! but in this patient the Sjogren's appeared over one year before the sarcoidosis. Pancreatic insufficiency is described in Sjogren's syndrome', but our patient had evidence of resolution of the keratoconjunctivitis sicca and salivary disease before the present episode.
Jaundice and biliary cirrhosis occur in 70% of patients with Sjogren's syndrome", but the liver histology in this patient was more in keeping with sclerosing cholangitis than 'primary' biliary cirrhosis. Sclerosing cholangitis occurs in 4% of patients with colitis; about 75% of cases have this association". In retrospect, fluctuating elevations of serum alkaline phosphatase since 1982 in this patient were probably due to sclerosing cholangitis rather than hepatic infiltration with sarcoid, as was thought at the time.
The association of sclerosing cholangitis with pancreatic disease is well established". There is a single case report of two siblings who presented with chronic pancreatitis, sclerosing cholangitis and the sicca complex", The present case has all these conditions, in addition to long-standing ulcerative colitis. He has no siblings and no children, so no comment can be made on the possible familial nature of this association.
The appearances at laparotomy were consistent with preoperative investigations which had shown a distended gallbladder and a mass in the head of the pancreas. The operative diagnosis was carcinoma of the pancreas, with hepatic metastases. In fact, the failure of dilatation of the intrahepatic bile ducts, and the diffuse nodularity of the pancreas are consistent with the subsequent diagnoses: sclerosing cholangitis and chronic pancreatitis. The resolution of the mass and the patient's clinical course eighteen months postoperatively exclude presence of carcinoma of the pancreas.
